Small doses of X-rays stopped the irritation for a few weeks. The patient has been having thyroid and radiostoleum and is now having liver extract. The condition appears to be spreading. Pemphigus Foliaceus.-A. M. H. GRAY, C.B.E., M.D. Phillis P., aged 17, has a generalized eruption which began when she was aged 131 years with some small blisters on the front of the chest. These blisters burst and left a red, scaly patch which spread over the front of the chest on to the shoulders and back, and gradually involved the neck, face, scalp, and limbs. The nails have been shed on several occasions. She has been in University College Hospital since January 1936. During that time the whole of the body has been covered with a red, scaly eruption. The scales are large; they separate freely and are of a greasy character. Often there is slight exudation and thin crusts form. The skin gives out an unpleasant odour. The hair is thinned and the scalp is often covered by fairly thick crusts. The only parts of the body in which the eruption differs from this have been the hands and feet, which have areas of apparently healthy skin but also numerous circinate areas showing a smooth centre and a scaly collarette. These have varied considerably in number, sometimes covering the whole of the backs of the hands and feet, sometimes being present only to a slight degree. A few of these lesions also occurred on the palms and soles. The nails have never fallen out during her stay in hospital. On admission they were striated and brittle, but are now more or less normal in appearance and fairly healthy. She has occasionally had small inflammatory patches in the mouth but no definite blisters.
Nikolsky's sign is marked and the horny layer tends to come away wherever there is any pressure. The blood-count shows nothing remarkable though there has been a slight eosinophilia throughout her stay in hospital. "There is a slight superficial keratitis of both eyes" (Mr. C. D. Shapland). The teeth were rather septic; since admission ten have been extracted.
She has had a considerable variety of treatment, both external and internal. For the last two months she has been having injections of germanin, 02 gram every ten days, and the skin seems to have improved during this period. For local treatment she is having bran baths, and zinc oxide and starch powder to the greater part of the body, with occasional applications of calamine liniment containing mitigal. Occasionally liquid paraffin is used when the dressing is inclined to stick. The general health is excellent.
Pemphigus of the Senear
Mrs. F. L., aged 59, has had an eruption on her face, scalp, and trunk, for about three and a half months. The eruption began with irritable spots under the left breast; these have since spread, coming out in crops in various parts of the body, chiefly on the trunk, face, and scalp. Some of them appeared as blisters and others as moist red spots.
The eruption occupies the face, neck, scalp, trunk, and limbs. The hands are quite unaffected and only one or two lesions are present on the right foot. On the face the rash is most marked over the cheeks, nose, and forehead; the neck is almost completely surrounded, the rash extending on to the chest. On the trunk it occurs partly in fairly large patches, noticeably under the breasts, but also in numerous small nummular lesions. The limbs are similarly affected, the rash becoming less marked towards the extremities. There are a number of small discoid lesions in the scalp.
The character of the lesions is similar throughout, consisting of sharply-defined, red, scaly areas surmounted by greasy scales and, in some cases, by thin crusts. The earliest lesions can be seen to begin as small red papules, smooth on the surface, which develop into flaccid vesicles, the surface of which soon rubs off, leaving red scaly areas. This case presents a very curious Nikolsky sign, something I have never seen before and which might be worth watching for in such cases. If the skin over the area somewhere near one of the lesions is pressed hardthe skin does not come off over the whole of the area which is pressed, but a small area exfoliates in the middle of the patch. I do not know whether anybody else is familiar with it; it is interesting in view of the type of eruption in this case. There is, however, a general tendency to produce the Nikolsky sign, as shown by the fact that when a biopsy was carried out and strapping was applied, the skin over that area exfoliated when the strapping was removed.
The patient complains of cough, and X-ray photographs show some congestion of the base of the left lung and some enlargement of the mediastinum. This condition is still under observation by Dr. Morland. The blood-count is comparatively normal and no other investigation has revealed anything abnormal.
The condition is steadily spreading in spite of the internal administration of arsenic and of local treatment.
I show this and the preceding case together as I believe them to be variations of the same condition. I think it will be agreed that the first is one of classical pemphigus foliaceus, though it is unusual for this to occur at so young an age. This second case seems to me a typical example of-the Senear-Usher syndrome.
The characteristic lesions are groups of flaccid bullae which are not always obvious and in which the bullke rupture and eczematous areas are left behind. These are quite different from the areas left when ordinary pemphigus bullae rupture. In the latter case there is an ordinary raw area; in these cases an eczematous area is left, of exactly the same type as that in pemphigus foliaceus.
There are other points of similarity between these two conditions. Although in pemphigus vulgaris lesions do occur on the face, I do not think anybody would say that lesions on the face were predominant; yet in these cases the face seems to be particularly picked out.
I have had under my care only one other Senear-Usher case, and in that, as in the second case now shown, the lesion actually began on the trunk-in one case on the back and in the other under the breast. In the first case now shown the pemphigus foliaceus also began on the trunk; very soon the face was attacked rather extensively. This is unlike the normal evolution of a case of pemphigus vulgaris. The first case of pemphigus foliaceus I came across had a seventeen years' history. At the Meeting of the British Association of Dermatology in Edinburgh, in 1937, two cases of many years' standing were shown. Ormsby records cases of the Senear-Usher type with fourteen years' and eight years' histories. As regards duration, therefore, the two diseases seem to correspond.
Another point is that in both cases the general health seems to be entirely unimpaired. It is true that in the later stages it may fail as a result of the disease, but the length of time for which patients keep perfectly well is amazing. For instance, the patient who had pemphigus foliaceus for seventeen years went out of hospital and did an ordinary day's work. Nikolsky's sign seems to be an absolutely characteristic feature of both diseases. Altogether, there are so many points in common between these two types of disease that I cannot help thinking them to be really one and the same. There are many other points that will have to be investigated, but I would suggest that the Senear-Usher syndrome is really a localized form of pemphigus foliaceus and is not, as some have thought, a form either of seborrhceic dermatitis or lupus erythematosus, nor has it any particular relation to pemphigus vulgaris. 872 46 873
Discussion.-Dr. W. FREUDENTHAL said that a biopsy of a lentil-sized lesion from the back showed definite blisters. The vesicles were subcorneal or, more precisely, under the stratum granulosum, many of them filled with fibrinous masses. Their tops were so thin that one could easily understand how they were rubbed off by the slightest trauma. That had actually happened in-the middle of the lesion where the horny layer was missing, leaving a spongiotic and acanthotic epidermis. In its place there was a fair amount of infiltrate in the papillary body and permeation of cells through the epidermis. In other places the infiltrate was very slight.
Even on the borders of the section, which clinically looked normal, very superficial vesicles were seen histologically. That suggested that in the neighbourhood of the lesion a positive Nikolsky's sign could be elicited. Indeed, when the plaster retaining the dressing over the biopsy wound had baen removed, pieces of horny layer came off with it.
Dr. F. PARKES WEBER asked if the presence of large bulle in a case of pemphigus was not a sign of the severity and acuteness of the lesions ? Was it not a fact that in most cases progress was much worse when there were large bulle than when there were no obvious (macroscopic) blebs or vesicles ?
Dr. NORMAN BURGESS asked whether Dr. Gray regarded pemphigus foliaceus and pemphigus vulgaris as different diseases or as sub-varieties of the same disease ? He (Dr. Burgess) had a case under his care in which there were tense bulle, and a bat-wing distribution on th-e face. It was undoubtedly one of pemphigus vulgaris, but the lesions on the face resembled those of the Senear-Usher syndrome.
Dr. G. B. DOWLING asked whether blisters occurred in the mouth in the two conditions under discussion.
Dr. H. W. BARBER said that the possible relationship of the Senear-Usher syndrome to pemphigus foliaceus had not previously occurred to him. He wondered whether Dr. Gray had ever known a case of true pemphigus foliaceus recover. Personally he did not think there was any connexion between pemphigus foliaceus and ordinary pemphigus vulgaris.
With regard to the Senear-Usher syndrome, some years ago he had watched over a long period a case with a rather interesting history. The patient had come to him after having sun-bathed. The back and the front of the chest were covered with crusted lesions resembling impetigo. The crusts disappeared, and were succeeded by lesions which looked like seborrhaoic dermatitis. Lesions, clinically indistinguishable from erythematosus, had then developed on the malar regions and on the scalp. He (Dr. Barber) had come to the conclusion that the case was one of the Senear-Usher syndrome. The patient had recovered after being under treatment for some years; the condition had appeared to respond to injections of gold.
Dr. GRAY (in reply) said he agreed with Dr. Barber that pemphigus foliaceils was a definite clinical entity. The difficulty was that one saw a certain number of cases which appeared to be intermediate forms, but when a clear-cut case was seen the differences were so great that one felt that pemphigus foliaceus must be regarded as a separate disease. He had not seen a case of pemphigus foliaceus recover. The disease was extremely rare; he had had under his own care only two typical cases and did not think he had seen more than six cases in all.
In reply to Dr. Dowling: The patient with pemphigus foliaceus had had no very obvious blisters; but there were eroded patches which recurred; he had not found these in either of his two Senear-Usher cases.
In reply to Dr. Parkes Weber: He did not think that the size of the bulle was a criterion as to severity. It must be some other special characteristic of the disease which kept the bulle intact.
With regard to treament: The Senear-Usher case which he had previously seen, had been progressive for a considerable time. Six months ago he had suggested trying small doses of germanin and that had had the effect of entirely stopping the progress of the disease. The patient in the second case now shown had been treated with arsenic for five weeks, but the condition was steadily spreading. Last week an injection of 0-2 grm. of germanin had been given; the lesions under the breast had cleared up and the progress of the disease, so far as the face was concerned, had for the moment been checked. In the case of pemphigus foliaceus small doses of germanin had been also injected during the last few weeks and the patient had certainly been better during that period. This meant that more smooth epithelium had developed, but as that had happened to a certain extent so often-though not to the same extent as on this occasion-he could not yet claim any definite result. There was, however, no doubt as to the benefit produced by small doses of germanin, which had had a marked effect in two cases of the Senear-Usher type.
? Senear-Usher Disease. Case for Diagnosis.-Louis FORMAN, M.D. C. C. O., male, aged 46, was sunburned while at the seaside three and a half years ago. The whole of his face became red and swollen for two days. After the swelling had settled down there were red pustular spots all over the face, and these were treated as impetigo.
In January 1936 the patient came under the care of Dr. Robert Klaber, to whom I am indebted for the following information. There were well-defined red sca-ling patches, scattered with pustules, on the forehead and neck. Eight fractional doses of X-rays were given and there was considerable improvement. Dr. Klaber noted that at one time there were grouped vesicles on the red patches. January 1938: There was a sharply limited, red, slightly cedematous plaque showing numerous pustules over the forehead. Under the chin there was a large red area which was sharply limited and showed slight atrophy. Over the shoulder were small deep red patches, many of which showed pustules. The skin over the terminal phalanges was erythematous, but there were no definite atrophic or vesicular changes. Blood-count normal. Pustules sterile.
Report on microscopical sections.-Forehead: Epidermis shows considerable cedema and vesicle formation, and, in one area, a definite blister, formed by detachment of the horny layer. Other areas of the epidermis showed parakeratotic scales which included polymorphonuclear cells. The papillae were widened and there was cedema and dilatation of the capillaries. There was uniform infiltration of mainly lymphocytes. The elastic tissue was particularly well preserved in the papillae. There was a narrow cedematous band between the basal layer of the epidermis and the elastic network. A rather similar appearance was noted in the section from a patch on the back.
The histological appearances are against a diagnosis of psoriasis or lupus erythematosus.
Disca88ion.-Dr. FORMAN: Dr. Gray has covered the ground in his remarks on the Senear-Usher disease. I look upon Senear-Usher disease as a variety of pemphigus but peculiar in that the lesions are localized and that the blisters tend to relapse on a permanently inflamed area of skin. I think that at one stage, the Senear-Usher syndrome must be closely similar to lupus erythematosus, as this disease is included in the differential diagnosis of many discussed cases. It seems that some cases have not a grave prognosis; they have been reported to improve after four years. I do not think this case is one of pyodermia; the pus was sterile and the contents of the blister fl-uid did not suggest an impetigo lesion.
The case fits in fairly well with the published cases of Senear-Usher. Authors have noted that although clinically there appear to be no vesicles, histological sections show epidermal vesicles and blisters to be constantly present.
Dr. A. M. H. GRAY said he did not think that this case fitted in with a Senear-Usher syndrome. The Senear-Usher eruption was extraordinarily symmetrical, especially on the face. The section did not seem to him to be quite similar to that in his own case. The collections of fluid in Dr. Forman's case seemed to be actually just under the horny layer or even in the horny layer itself, whereas in his (Dr. Gray's) case it was quite clear that the blister began in the malpighian layer; the granular layer, and a few cells below it were adherent to the outer wall of the vesicle, which seemed to be on a lower level. The vesicles in Dr. Forman's case seemed to correspond more to the vesicles seen in impetigo. He thought that the case was one of some form of chronic pyodermia rather than of a Senear-Usher type.
